u s u a l l y n o t detected i n normal u r i n e . Levels o f PEA were 2.6 -53.8ng/mg c r e a t i n i n e (normal 0.06-0.13).
The increased l e v e l s o f phenylalanine metabolites i n PKU p a t i e n t s i s o f concern w i t h regards t o acceptable l e v e l s o f blood phenylalanine i n t h e t r e a tment o f PKU. Since l o s s o f academic achievement i n t r e a t e d PKU c h i l d r e n has been noted, lowering the l e v e l s o f these metabolites may be o f importance i n t h e follow-up o f c h i l d r e n w i t h PKU.
BONE MINERAL CONTENT (BMC) OF INFANTS OF DIABETIC MOTHERS (IOMs)
. ~r a n c i ; ~i m o u n i , W i l l i a m Brazerol, ' 1238 Jean Steichen, Reqinald C. Tsanq. U. o f Cincinnati.
I n f a n t s o f d i a b e t i c mothers have a higher incidence of neonatal h~L I 0~a l~e m i a and hvoomaanesemia. Decreased BMC has been reoorted i n ' d i a b e t i c ~a t i e n t ; ' , w f i h bone m i n e r a l i z a t i o n o f IDM has n i t been s y s t e m a t i c a l l y evaluated. The present study was done t o t e s t t h e hypothesis t h a t decreased neonatal BMC i n IDMs i s c o r r e l a t e d w i t h poor c o n t r o l of diabetes during pregnancy & w i t h t h e development o f neonatal hypocalcemia. 54 f u l l t e r m IDMs & 55 normal f u l l t e r m controls, i n f a n t s o f non-diabetic mothers were p r o s p e c t i v e l y studied. Mothers o f IDMs were c l a s s i f i e d p r o s p e c t i v e l y i n 3 orouos: orouo 1 -s t r i c t c o n t r o l o f diabetes from t h e f i r s t t r i m e s t e r a r o i p 2-customary . c o n t r o l from t h e f i r s t r i m e s t e r . group 1 & ? were random~zed group 3 -l a t e e n t r y !after f~r s t t r i m e s t e r ) i n t h e ~t u d y . Maternal BMC was measured p r i o r t o d e l i v e r y . I n f a n t serum calcium was measured a t age 24 & 72 hours, & i n f a n t BMC a t age 3 days.
M u l t i p l e regression analysis shows t h a t : 1) i n f a n t ' s BMC i s n o t c o r r e l a t e d w i t h maternal BMC, neonatal hypoglycemia, neonatal hypocalcemia & i n f a n t weight p e r c e n t i l e ; 2) IDMs from group 2 & 3 had s i g n i f i c a n t l y lower BMC than IDMs from group I (~~0 . 0 2 ) ;
3) IDMs from group 1 & c o n t r b l s had s i m i l a r BMC. It appears t h a t decreased BMC i s observed i n IDMs -. -PLATELET MONOAMINE OXIDASE (MAO) ACTIVITY I N REYE'S SYNDROME (RS). S t e hen L. Newman, Ba'hat A. F a r a . ,
lZ4'
Daniel B. Caplan, E i c h a e l Kutner, Fa:rouk M. Ali: J u l i e A. Lindahl (Spon. by Maurice D. Kogut). Wright S t a t e Univ. School of Med., Dept. of Ped. and Emory Univ. School of Med., Depts. of Radiology, Ped., and Biometry; Dayton and A t l a n t a . I n p a t i e n t s with RS we have shown t h a t MA0 a c t i v i t y was s i gn i f i c a n t l y reduced i n l i v e r and tyramine, dopamine, norepinep h r i n e , e p i n e p h r i n e , and octopamine were i n c r e a s e d i n plasma, u r i n e , and c e r e b r o s p i n a l f l u i d . The purpose of t h e p r e s e n t s t u d y was t o determine whether g e n e r a l i z e d MA0 dysfunction i s a metab o l i c abnormality a s s o c i a t e d w i t h RS. P l a t e l e t and l i v e r MA0 a c t i v i t i e s were evaluated by r a d i oenzymatic technique i n RS and c o n t r o l p a t i e n t s . P l a t e l e t MA0 a c t i v i t y was s i g n i f i c a n t l y decreased (~( 0 . 0 2 5 ) i n RS p a t i e n t s (n=13) [3.3 t 2.4 nmoles of [3~]4-hydroxy-phenylacetic a c i d formed x (mg protein)-' x h r -l ] when compared t o c o n t r o l pat i e n t s without l i v e r d i s e a s e (n=8) [9.8 i 2.5 nmoles] and i n non-RS l i v e r d i s e a s e p a t i e n t s (n=9) t9.1 2 2.0 nmoles]. Following recovery p l a t e l e t MA0 l e v e l s i n RS p a t i e n t s were n o t s i g n i f ic a n t l y d i f f e r e n t from c o n t r o l s . I n c o n t r a s t , t h e r e were no s i gn i f i c a n t d i f f e r e n c e s between h e p a t i c MA0 a c t i v i t i e s i n RS pat i e n t s and t h o s e without l
ALPHA-MANNOSIDOSIS: LACK OF CORRESPONDENCE BETWEEN
1241 ENZYME ACTIVITY AND COGNITIVE DEVELOPMENT. Robert No11 , Roshni Kul karni , and Michael N e t z l o f f . Mich.
S t a t e Univ., Dept. o f Pediatrics/Human Development, E. Lansing.
Three brothers w i t h hepatomegaly and delayed motor and l a nguage development were assessed both biochemically and c o g n i t i v el y . The diagnosis o f a-mannosidosis was confirmed by leukocyte enzyme assays f o r mannosidase which was severely d e f i c i e n t i n a l l three, ranging from 0.6 t o 1.2% o f normal ; thus we a n t . During follow-up evaluations, none o f t h e p a t i e n t s demonstrated any s i g n i f i c a n t changes i n t e s t scores. P r o f i l e analysis o f McCarthy and WPPSI subtest scores showed no d i s t i n c t areas o f s t r e n g t h o r weakness.
i c i p a t e d t h e p a t i e n t s would be profoundly retarded as i s t r u e i n a l l o t h e r reported cases. The o l d e s t b r o t h e r received i n t e l l i g e n c e t e s t i n g a t 44, 54 and 70 months: t h e middle b r o t h e r was t e s t e d a t 37, 40 and 51 months; and t h e youngest b r o t h e r was evaluated a t 24 months. Results o f the assessments u s i n q t h e
These p a t i e n t s showed m i l d , uniform, non-progressive i n t e l lect u a l d e f i c i t s , despite t h e severe enzyme d e f i c i e n c y . They do n o t show t h e exoected corresoondence between biochemical and i n t e l -& may be prevented by s t r i c t c o n t r o l o f diabetes during pregnancy. l e c t u a l f i n d i n g s and s u r b r i s i n g l~, they show no signs o f progresDecreased BMC i n IDMs does n o t seem t o p l a y a r o l e i n t h e s i v e d e t e r i o r a t i o n o f i n t e l l i g e n c e . This l a c k of correspondence pathogenesis o f neonatal hypocalcemia. We speculate t h a t decreased may have r e s u l t e
d from enzyme a c t i v i t y i n o t h e r tissues t h a t i s BMC i n IDMs might be i n t h e d i a b e t i c Pregnancy inappropriate
greater than t h a t reported i n leukocytes o r because t h e d u r a t i o n calcium supply through t h e placenta. (C-P) and 2 min C-P increments above b a s a l were used a s i n d i c e s of a c u t e s e c r e t o r y response, i . e . " f i r s t phase s t i m u l a t e d insul i n s e c r e t i o n " and i n t e g r a t e d t i n C-P d u r i n g 30 min following g l u c o s e a s i n d i c e s of " f i r s t p l u s second phase s t i m u l a t e d s e c r et i o n " . Absolute 2 min C-P v a l u e s and 2 min C-P increments above b a s a l c o r r e l a t e d with cord C-PIG ( r = .672 and .693; p < . 0 0 1 ) . The 30 min i n t e g r a t e d C-P a l s o c o r r e l a t e d w i t h cord C-P/G ( r = -683; ~4 . 0 0 1 ) . Moreover, t h e a c u t e f i r s t phase and int e g r a t e d f i r s t and second phases c o r r e l a t e d w i t h r a t e s of gluc o s e disappearance, Kt ( r = .579 and .698, p < .001).
The d a t a provide t h e f i r s t demonstration t h a t heightened i n s u l i n i n r e l a t i o n t o ambient g l u c o s e i n newborn IDM r e f l e c t s t r u e f u n c t i o n a l m a t u r a t i o n of e x o c y t o s i s and t h a t t h i s a d u l t -l i k e responsiveness may determine t h e heightened g l u c o s e turnover i n newborn IDM.
